INTRODUCTION {#sec1-1}
============

Woolly hair is a rare congenital disorder marked by extreme kinkiness in Caucasians. The diameter of hair is 0.5 cm with normal hair growth rate, but anagen phase is truncated, so the hair does not grow long. The term woolly hair nevus was first used by Wise in April 1927.\[[@ref1]\] Woolly hair nevus is a rare, nongenetically determined condition in which unruly and tightly curled hair is localized on one or several areas of the scalp. The abnormal hair might be slightly light in color. It is grouped under hair shaft disorder without increased fragility. We report a case of woolly hair nevus with linear epidermal nevus.

CASE REPORT {#sec1-2}
===========

A 6-year-old girl born to nonconsanguineous parents presented with abnormal patch of hair since 4 years. Her parents noticed circumscribed patch of curling and coiling of hair along with change in texture over the vertex of scalp. Birth and development history were normal. Family history was negative for such condition.

On examination, there was solitary cicrcumscribed patch of size 5 cm × 6 cm over vertex \[[Figure 1](#F1){ref-type="fig"}\]. Hair over the patch had an altered texture, light in color, thinner, and tightly coiled. The hair in other areas of scalp was normal. Skin over the patch was normal. Linear epidermal nevus was present over the chin extending to the neck there \[[Figure 2](#F2){ref-type="fig"}\] was no evidence of palmoplantar keratoderma and precocious puberty. Based on the above findings, we arrived at a diagnosis of wooly hair nevus.

![Patch of woolly hair over the vertex](IJT-11-38-g001){#F1}

![Linear epidermal nevus over chin](IJT-11-38-g002){#F2}

Investigations {#sec2-1}
--------------

Light microscopy of hair revealed irregularities of the cuticle and twisting of hair \[[Figure 3](#F3){ref-type="fig"}\]. Dermoscopy revealed snake crawl appearance and knotting of hair \[[Figure 4](#F4){ref-type="fig"}\]. Diagnosis of woolly hair nevus was made, and parents were counseled for benign nature of the condition.

![Light microscopy showing twisting and breakage of hair](IJT-11-38-g003){#F3}

![Trichoscopy showing irregularity of hair shaft](IJT-11-38-g004){#F4}

DISCUSSION {#sec1-3}
==========

Woolly hair was first discovered in a European family by Gossage in 1907.\[[@ref2]\] It can be either sporadic or genetic. Hutchinson *et al*.\[[@ref3]\] classified woolly hair into (1) autosomal dominant, (2) autosomal recessive, (3) symmetrical circumscribed allotrichia, and (4) woolly hair nevus. Autosomal recessive form is associated with Naxos disease and Carvajal syndrome.

Woolly hair nevus occurs sporadically with no sex predilection. It is further classified by Pot into three types: Type 1 -- Without any skin or scalp changes; Type 2 -- Associated with linear verrucous epidermal nevus; and Type 3 -- Acquired progressive kinking of hair.\[[@ref4]\] It is associated with linear verrucous epidermal nevus in more than half of the cases.\[[@ref5]\] In addition, it can also be associated with melanocytic nevi, café au lait macules, Mongolian spots, and precocious puberty. Ocular abnormalities include persistent pupillary membrane and retinal defects.\[[@ref6]\] Light microscopy shows twisted hair with reduced diameter and loss of cuticle. Electron microscopy shows triangular cross-sections with transverse grooves. These findings help differentiate woolly hair from pili torti, monolethrix or trichorrhexis nodosa, and Menkes syndrome.\[[@ref7]\] Medusa head is the term given to trichoscopy findings of woolly hair nevus.\[[@ref5]\]

We report this rare case of woolly hair nevus because of its rare occurrence, its association with linear epidermal nevus, and crawling snake appearance in dermoscopy findings.
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